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OT3bIB BEAYIIEN OPTAHU3ALIA /
denepalbHOr0 TOCYJIAPCTBEHHOTO OIOKETHOrO 00pa3’0BATENBHOrO YUPEXAEHUS
BhICIIEr0 0Opa3oBanus «POCCHIICKUI YHHBEPCUTET MeQUUMHBD MHHHMCTEPCTBA
3paBooxpaHenus Poccuiickoit denepalnn B AMCCEPTALMOHHBIN COBET 21.3.054.03
npu ®I'BOY A0 PMAHIIO Munzapasa Poccun o HAYYHO-TIPaKTUYECKOU
[IEHHOCTH JACCEepTallMOHHOM paboThI Eropsin Junuu boprcoBHbI
«OhTanbMONOTMYECKHE  TIPOSIBICHHMS]  XPOHMYECKMX — MHEIONpPOIH(EepaTUBHBIX
HOBOOOPAa30BaHMil», TPEACTABIECHHON Ha COMCKaHWe YYEHOH CTENEHH KaHaujara
MEIMLMHCKAX HayK Mo cremuanbHocTaM: 3.1.5. Odranbmonorus (MeIUIMHCKHE

Hayku), 3.1.28. Temarosiorus u nepeMBaHye KpOBH (MEIUIIMHCKUE HayKu)

AKTYyaJIbHOCTb T€MbI BbINMOTHEHHOH IHCCEPTALHOHHON PadoThI

brnarojaps 3aMeTHBIM ycCIe€XaM B H3YyYEHWHM [aTOTeHe3a XPOHMYECKMX
MUesonponuepaTuBHbIX HOBooOpasopaHuii (XMIIH) Ha MOJEKyJsIpHOM YpOBHE,
COBEPIIEHCTBOBAHUIO METOJIOB TMarHOCTUKH U TIOSIBJICHHIO 1I€JI0T0 psANa TapreTHbIX
IpenapaToB, U3MEHSETCs IPOTHO3 y MAlMEHTOB C JAHHOW TPYIIIOH HO30JOTHH,
a MMEHHO HabIrofaeTcs yBelndeHHe oOuiedl BBDKMBAEMOCTH M KadecTBa XXHU3HU
MalKreHTOB.

W3menenue riazHoro si6iaoka nmpu XMITH npoucxoauT BCIEACTBUE NPIMOM
MHOUIBTPALUY HEOIUIACTHYECKMMH KJIeTKaMH TKaHed ODOWTH M IWlasa Wiy
BTOPHUYHBIX TEMAaTONIOTMYECKHX HapyLIEHW#, TaKuX KaK THUIEpPBA3SKOCTh KPOBU.

aHEMU, TpOM6OIII/ITOHeHI/IH WM Pa3BUTHE ONNOPTYHHUCTHYCCKHX PIH(l)CKIIPIﬁ. K



TaKuM O(i)TaJIBMOJIOI"H‘-IeCKI/IM MNpOSBIICHUAM, CBA3aHHBIM C reMaToJIOrH4€CKUuMHN

aHOMAJIMSIMH, OTHOCAT  IPEXOISIIHEC HapylIeHHUs MHKPOCOCY IUCTOIO
KpoBOOGpalleHHss ¢  pa3BUTHEM  OOPaTMMBIX — HEHPOOPTanbMOIOTHYECKAX
CHUMIITOMOB, a Takxe 0Oolilee cepb&3Hble HApyLIEHHMs, YTPOXAIOIIUE 3PEHHIO -
MHKDOAHEBPU3MBI COCYIOB CETYAaTKM, HIIEMHYECKHE BaTrooOOpa3HbIE —O4arw,
NpepeTHHANbHbIE, ~ HHTPApeTHHANbHbIE,  CyOpeTHHAJbHBIE  KPOBOU3JIHSHHS,
KPOBOM3JIMSHUSL B CTEKIOBUJHOE TEJO, aHTHOMATHA CETYATKM, OKKIIO3WM BCH,
apTepuil ceTdaTKu W [ucKa 3puTenbHoro Hepsa (/[I3H). B HacTosumui MOMEHT
ONyOIMKOBaHHbIE PabOTHI 10 M3YYEHHIO U3MEHCHUH OpraHa 3peHus Ipy XMIIH na
¢oHe Tepanuu HeMHorouucneHHpl.  OfHaKO W3BECTHO, 4TO COBPEMCHHBIC
JIeKapCTBEHHBIE Mpenaparhl 00JIaaloT LUENbIM PAAOM TOKCHYECKHX SBJICHUH, B TOM
yhcie C pa3sBUTHEM MINEMUYECKMX M TeMOPparuyeckux  OCIOXKHEHHH
(MieMHYecKoli GoNe3Hu cepaLa, FOJIOBHOrO Mo3ra, HH(papkTa MHOKap/a 1 Jp.).
[TpMeHeHWe  COBPEMEHHOTO  O(TAIBMOJOTHYECKOr0  000pYyHOBaHHS
T03BOJIMJIO aBTOPY [0Ka3aTh 3¢ (PEKTUBHOCTh ¥ 6€30MacHOCTh TAPreTHOU Tepaliy B
JIeYeHHH XPOHHYECKoro mwuenoneiikosa (XMJI) W mepBHYHOrO M BTOPHUYHOIO
muenodudpoza (M®) co CTOPOHBI OpraHa 3peHHMs, M3YYMTh reMolepdysuio u
COCYIUCTYIO IUIOTHOCTh CETYaTKW M AucKa 3puTensHoro Hepsa ([3H), mposectn
aHanu3 Ha Hanmuuue myTaiun JAK2V617F B nepudeprdeckoii KpOBH y MalUeHTOB
c okkmo3mell IueHTpanbHol Benbl cerdatku (LIBC), a Takxke paspaborars
pEeKOMEHJALUU s OQTATbMOJIOTUYECKOTO BEACHHA MAlHUEHTOB C JIaHHBIMU
Ho3zonorusiMu U okkmosuei 1IBC unm e€ BeTBeidl. B CBA3M C BBIIEU3IOKEHHBIM,
aKTyaJlbHOCTh TEMbI AKCcepTaluoHHOM pabotel Eropsa JILb.  He BbI3bIBaeT

COMHEHHUH.
fday4yHasi H NPaKTHYECKas HEHHOCTh AUCCEPTALMH

B muccepranroHHON pad0Te aBTOPOM OMNpPEAENIEHBI U MPOJEMOHCTPHPOBAHBI
4acToTa M pasHooOpasve OQTaIbMOJOTHYECKHX NPOSBICHUNM Ha 3HAYMTENIHHOM
xoropre 60bpHbIX XMITH kak B aebrote 3ab0neBaHMid, TaK U B MpoLiecce JeUeHHs,
J0Ka3aHa 3aBUCHUMOCTh YaCTOTBl M BBIP@XEHHOCTH IJIa3HBIX IIPOSBICHUM OT

KJIMHUKO-T€MAaTOJIOTMYECKUX T1apaMeTpoB NpU MHeao(puOpo3e M XPOHHYECKOM



MHesoneliko3e. BrepBble ObUIM HCCIENOBAaHBI acCOLMAIMK CTENEHH THKECTH

[Ma3HBIX MposSBNeHMi ¢ HamumeM MyTamuid JAKZV6ITF, CALR, MPL,
He/lpaliBEpHBIX MyTalHil TeHOB SMUTEHETHYECKON peryJsiiiy, TPaHCKPUITOPOB U
crutaiicunra y manueHToB ¢ XMIIH m moka3aHo HeraTMBHOE BIMAHHME MyTalUH
JAK2V617F Ha cocrosHue TIia3a. BrepBble ONKCaHa YacTOTa BBISBISEMOCTH
Ph-neraruubix XMIIH cpenu oGTaIbMONOTHYECKHX MALMEHTOB C OKKIHO3UEH

LIBC wiu ee BETBEH.

JInsi KIMHAYECKOM IMPaKTHKH TMPEeIJIOKEeHa CXeMa JUarHOCTUKU W BelleHHs
nanventoB B ne6rore XMITH ¢ TpomMGoTH4Yeckoro coOBITHSI B BUJE OKKIHO3HUU
LIEHTPAJIbHOM BEHBI CETYATKU MM €€ BETBEH, OCHOBAaHHAs Ha ONPEAECICHUN YPOBHS
myTanTHoro amens JAK2V617F B nepudepuyeckoi kpoBu. Takxke mpeiioxeHa
cxemMa O(TaIbMOJIOTHYECKOTO KOHTPOJIS M MOHUTOPWUHIA COCTOSIHUS MALMEHTOB C
XMITH Ha ¢oHe Tepanuu C TOMOIIBIO OPTAILMOIOTHYECKAX MapaMeTpOB
(IUIOTHOCTH TeMonepdy3ud M COCYAUCTOW IUIOTHOCTH IIOBEPXHOCTHOrO W
rny6OKOro KamWUISPHBIX CIUIETEHHMH CeT4aTKW, CJI0s XOpPHOKAaMUUIApOB U

ry6OKOro ClI0S XOPHOHZEH, CBETOUYBCTBUTEIBLHOCTH CETYATKH B MaKyJSIPHOM

obJyacT).

JL0CTOBEPHOCTH MOJIy4eHHBIX Pe3y/IbTaTOB, BLIBOJOB H MPAKTHYECKUX

pPeKOMEHAALIMH

Bce HayuHble [OJOXEHHS JUCCEPTallUM YETKO  C(HOPMYIHMPOBAHEI,
apryMeHTHPOBaHbI, COOTBETCTBYIOT ILI€JIM M 3aJa4aM paOOThl, MOATBEPKICHBI
WCIIOJIB30BAaHHEM JOCTATOYHOr0 00beMa KIMHUYECKOr0 MaTepuaia, BKIIFOYArOLIEro
pesynbratel obciemoBanus 158 manuentoB ¢ XMIIH (Muenodpubposom u
XPOHMYECKHUM MHENOJEHko30M), 53 manuenTa ¢ okkmosuei LIBC unm e€ BeTBel u
30 370poBbiXx JHil. JIOCTOBEPHOCTh MONYYEHHBIX peE3yJlbTaTOB OO0YCIOBJIEHa
NpUMEHEeHHEeM B  JUCCEpTalMd IPaMOTHO  CIUIAHHPOBAHHOTO  MPOTOKOJIA
HCCIIEIOBAaHMs, BKJIFOUYMBIIIETO B C€0s1 COBPEMEHHbIE METObI O TATBMOJIOTMYECKON
¥ 1a00pPaTOPHON AUArHOCTHUKHU.

OCHOBHEIE TIOJIOXKEHHS OUCCEPTAIMOHHOTO MCCIIEIOBaHUs [OJIOXEHBl U

00CyX/IeHbl Ha HAYYHO-TIDAKTHYECKUX KOHGbeDneHIusX U KoHrneccax: Ha VIL VI
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[X ExXerogHblXx Hay4HO-NIPAKTHYECKUX KOH(QEPEHUMSAX MOJNOABIX  YUEHBIX

(04.02.2022, 03.02.2023, 09.02.2024, Mockea); XII xoHdepeHIMH MOIOIBIX
YUEHBIX C MEX/YHApOAHBIM yuacTheM «TpaHCIIIMOHHAs MEUIIMHA: BO3MOXHOE U
peansrOe» (01.06.2022, Mocksa); Hay4no-npaxruieckoi koHpepenuu «Omyxonu
U omyxoJjenonoOHble 3a00jeBaHUsl OpraHa 3pEHHSD) (22.04.2023, Mocksa);
MockoBckoM orKosormueckoM popyme (15-17.06.2023, Mocksa), XVII Hay4Ho-
MPaKTUYECKOW KOHQEPEHIMH C MEeXAYHApPOJHBIM Y4acTHEM «CoBpemeHHas
remartojiorus. IIpo6memMpl M pewenms» (09-11.11.2023, Mocksa); Hay4Ho-
npakTHuecKoii koHpepenuuu «OGTanbMONIOrus paHHEro 1 cepeOpsTHOTO BO3PacTay
(23.11.2023, Mocksa); III HayuHo-npakTu4eckod KOH(epeHIHH «CoBpemeHHBIE
MomXoAbl K I[MArHOCTHKE M JIEYEHHIO remarojormdeckux 3abosnesanuii» (01-
03.02.2024, Mocksa); O6beauHeHHoM VII KOHrpecce reMaTosioroB Poccun, 1V
KoHrpecce TpaHc@ysuonoroB Poccuu (11-13.04.2024, Mockga); II PoccuiickoM
konrpecce «besomacHocTs (apmakorepanuu  360°: NOLI NOCERE!» (21-
24.05.2024, Mocksa).

CozepikaHHe JUCCEPTALMOHHON PabOThl OTPaXEHO B 8 MeYaTHBIX paborax, u3
HUX 4 CTAaThbH B HAayYHBIX PElEH3MPYEMBIX H3JaHUIX, pekoMeHnoBaHHbX BAK P®
JUIS MyGIIMKALHMH OCHOBHBIX De3yJBTAaTOB [MCCEpPTAlMii HA COMCKAaHHE YYCHOH
CTEIleHH KaHAWAaTa MEAMIMHCKUX HayK, 3 — B H3JaHHAX, BKIIOYEHHBIX B

MeX/IyHapoaHyo 6a3y naHHBIX U cucTeMy LuThpoBanus SCOPUS u 3 Tesuca.

3HAYHMOCTH MOJY4YEeHHBIX Pe3yJIbTATOB /151 PA3BHTHS COOTBETCTBYIOIIEH
OTPOCJIH HAYKH H MPAKTHKH

Jluccepranmontass pabora Eropsan JLb. uMeeT BBICOKYIO Hay4HYXO H
IIPaKTHYECKYIO 3HAYUMOCTb.

B pe3ynbTaTe TEOPETHYECKOTO aHAJM3a UCCIIEMLYEMOM TEMBI OBUTH MOTYyYeHb
JaHHBIE 00 O(MTAJGMONOTMYECKHX MPOSBICHHAX MEPBUYHOTO MHUENOPUOpO3a
(IIM®) u XMJI B nebioTe 3aboieBaHMs, a TaKxke B mpouecce JedeHus MO
[UTOCTATHYECKUM  IIpenaparoM THAPOKCHUKapOamMuj, TapreTHOW  Tepanuen
pykconmutuarn6oM, XMJI - TapreTHoW Tepamuei UMaTHHMOOM W HHUJIOTUHUOOM,

MTPOBENEH CPAaBHUTENBHBINA aHAJINS.



j_LOKa?oaHHaSI 3aBUCUMOCTDH 4aCTOThI U BBIPAXXEHHOCTH I'IA3HBIX HpO)IBJ’IeHI/Iﬁ C

KITHHAKO-T€MATOJIOTHIECKUMH TTapaMeTPaMH, FeHeTHIeCcKuMHU Mapkepamu mpu M®
u XMJI, BHOCAT 3HAYMTENbHBIM BKJIAJA B pPAaCIIMPEHHE NPEACTABICHUN O
BO3MOYKHOCTAX M 3((HEKTUBHOCTH IEPCOHATM3MPOBAHHOTO IMOAXO0JAa K BEJCHMIO
NAIMEHTOB C YKa3aHHOW NaTONOIHEMN.

Bbin pa3spaboTaH aJiIrOPUTM AUATHOCTUKHM M O(TaIbMOIOTHYECKOro BEACHUS
namuerToB ¢ M® u XMJI u GonbHeix ¢ okkmosued 1IBC u e€ Berseidl 6es3
ycTaHoBnenHoro quart#o3a XMITH ¢ nomMomipio oQraabMoI0rH4ecKuX NapaMeTpoB
u onpenenenus mytauuu JAK2V617F.

Pe3ynsTaThl HpPOBENCHHOTO HCCIENOBaHHMS BHEAPEHB B KIMHUYECKYIO
NpakTUKy MOCKOBCKOTO TopojcKoro odraneMonorudeckoro uentpa 1'bY3
MockoBckuii MHOronpoduIbHbIN HaydHO-KuHu4eckuid uentp uM. C.II. borkuHa
JI3M.

OCHOBHBIE HAay4YHBIE TOJOKEHHUS TUCCEPTAMOHHON PabOThI HCIONb3YIOTCSH B
Hay4HO-TIejaroruueckoil  pabore kabenpel odramemonoruu ®I'BOY IO

«PMAHIIO» Mun3gpasa Poccun.

O0beM H CTPYKTYypa AHCCEPTALHH

JuccepranpionHast pabora Eropsn JILb. moctpoeHa mo TpaaulMOHHOMY
IIaHy, COCTOMT W3 BBEIEHUs, 0030pa JIMTEpaTyphl, MaTepHajla M METOMOB
HCCIeJOBaHMs, PE3yJIbTATOB COOCTBEHHBIX MCCIENOBAaHMH M HMX OOCYXIECHUS,
3aKJIIOYEHUs, BBIBOJOB, ITPAKTHYECKMX pPEKOMEHJAIUH, CIIMCKAa JIUTEPATypHI,
BKIIOYaromero 212 HCTOYHUKOB: 16 oTedyecTBEHHBIX U 196 3apyOeXHBIX.
JuccepTanus u3noxeHa Ha 169 cTpaHMLaX MEYaTHOrO TEKCTA, UIIIOCTPUpOBaHa 2U
TabauLIaMu 31 pUCYHKOM.

Bo BBemeHWH JAHWCCEPTAaHT MPUBOAUT OOOCHOBAaHME  AKTYalbHOCTH
IPOBEICHHOT0 HAYYHOT'O HCCIIEOBaHUs, YETKO CQOPMYIMPOBAHBI LENb U 3a]a4u
pabotel. [IpeactaBnenHass 1enap pabOTBI COOTBETICTBYET TEME IUCCEPTalUH, a
MOCTaBJICHHBIE 3aJ1a4ll 00ECIIEYNBAIOT €€ PEATU3ALHIO.

B mepBoii IjlaBe OMUCAaHBI ATHOMATOreHe3, KiacCU(UKaLMs, OCIIOKHEHUS M

dakTopel pucka XMIIH, onucanHsle odTajgbMoJiorndeckue mnpossieHus XMIIH,



A3BeCTHBIE IOOOYHBIE oMTanbMosornyeckue ApiaeHus geuenus XMITH. OtpenbHoe

3HMMAaHME VJIEIEHO POJIM MOJEKYJSPHO-TEHETHYECKOTO UCCIEN0BaHUA U HAIMIHIO
npaitBepubix MyTtanmii B reHax JAK2, CALR, MPL. Bo BTopoii riiaBe CoaenKuTCs
MOJNIHAS ~ XAapaKTEPUCTHKA OOCIENOBAaHHBIX  MAIMEHTOB, ONMCaHbl  METOIB!
06CileJOBaHUs, JIEUEHHs, CTaTHCTHYeCKOi oOpaboTKM M aHaiu3a IOJIy4eHHBIX
JIAaHHBIX. B TpeThell I7laBe MpPEACTaBICH aHaIM3 COOCTBEHHBIX pe3YJIbTaTOB
rcclieJOBaHUS MaLUEHTOB c IIM®, MMOCTTPOMOOLIMTEMUYECKUM U
HOCTIOIUIUTEMAYECKAM MHENO(GUOpo3oM B HebroTe 3ab0neBaHus, NPU Teparuu
THIPOKCHKApOaMUIOM U PyKCOIMTUHHOOM, GonbHbIX B nebrote XMJI, nipu Tepanuu
UMATMHAOOM W HWJIOTHHMOOM W pe3yibraThl noucka myTauu JAK2V617F y
MAIMEHTOB C I€OI0TOM OKKJIIO3HMH [IEHTPAIEHON BEHBI CETYATKH MJIH €€ BETBEH.
BbIBOZIBI ¥ MpPaKTHYECKUE PEKOMEHIALMM JIOTHYHO BBITEKAIOT M3 OCHOBHBIX
HOJOXKEHUH paboThl, OTPAXAIOT OCHOBHBIE  DPE3yJIbTaThl  BBIIOJIHEHHOI'O

HUCCIIeIOBaHU, ITIOJITHOCTHIO COOTBETCTBYIOT IMMOCTABJICHHBIM 3aia4aM.

3ameuanus nmo pabore
ITpuHIMDMATBHBIX 3aMeYaHuu 1o pabote Eropsn JLb.
«OdTanbMONOrUYecKre NPOSBICHHS XPOHHYECKHX — MHUENONPOIU(EPaTHBHEIX

HOBOOOpa30BaHUI» HET.

3aki0ueHue

Takum o6pasom, auccepraius Eropsn Jlugum bopucoBHBI  Ha TeMy
«OdTanpMonoruueckie IMpOSBIEHHUS XPOHMYECKUX  MHEIONpOIr(epaTuBHBIX
HOBOOOPa30BaHMi», BBHIIOIHEHHAs MOJ PYKOBOJICTBOM [OKTOpa MEIHULHMHCKHX
Hayk, npogeccopa, akagemuka PAH Mometosoii Jlapuchi KoHCTaHTHHOBHBI U
JIOKTOpa MeIUIMHCKUX Hayk BuHorpagosoi Onbru KOpbeBHBI, NpejacTaBieHHas Ha
COUCKAaHUE YYEHOM CTeNneHW KaHIWAaTa MEJULUHCKMX HayK, SBISETCS Hay4HO-
KBATM(DUKALUOHHON paboTO#, B KOTOPOH COJEPXKHUTCA HOBOE PELIEHHE aKTyalbHOM
HAay4yHOU 3a[a4d - H3y4YeHHE OQTATbMOJOIMYECKHX IPOSBICHUH XPOHUYESCKUX
MuesonpouepaTHBHBIX HOBOOOpa3oBaHMH (MUENOGHOpO3a W XPOHHUYECKOTO

Muesoneiiko3a B ne0roTe 3a00JIeBaHUs U B IPOLECCE TEpaluu) C LUENbIO CO3JaHus
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ajiropuTMa Od)TaHBMOJIOFI/I‘-IeCKOI"O O6CJIGI[OBaHHSI OOJIBHBIX JaHHBIMHA

HO30JIOTHUECKUMH (HOPMaMH.

JlnccepTaloHHas paboTa MONHOCTBIO COOTBETCTBYET TpeOOBaHMAM YHKTa 9
«[lonoxeHnne O  NPUCYXIEHHH  y4eHBIX  CTENEHEH»,  YTBEPKIEHHOIO
nocranoBineHueM IIpaBurensctea Poccuiickoit @enepanun ot 24.09.2013 r. Ne842
(B pex. Tlocranosnenwuii Ipasutenscrsa PO or 30.07.2014 Ne 723, ot 21.04.2016
Ne 335, ot 02.08.2016 Ne 748, ot 29.05.2017 Ne 650, ot 28.08.2017 Ne 1024, ot
01.10.2018 Ne 1168, ot 20.03.2021 Ne 426, or 11.09.2021 Ne 1539),
NpenbsIBISEMBIM K IUCCEPTAlMsIM Ha COMCKaHUE YYEHOM CTENEeHU KaHIuAaTa Hayk,
a e8 aprop Eropsu JLB. nocTroiiHa MpPUCYXIEHHS HCKOMOW CTENEHH IIO
CIEeUaJIbHOCTSIM 3.1:5. OdTranemosnorus (MenUIIMHCKHE HayKH ),

3.1.28. 'emaTosorus u nepenuBanie KPOBH (MEIUIMHCKUE HAYKH).

OT3BIB COCTaBUJIU:

3aBenyrommuii kabeapoii ria3Hex 6ose3nen
®I'bOY BO «Poccuiickuii yHUBEpCUTET MEIULIUHED)
Munsapasa Poccun, 1OKTOp MEOULIMHCKHX HAYK, -
akanemuk PAH 2

B.B. Hepoes

3aBemyromimii Kadeapoi rocnuTanbHON Tepanuu No 2
OI'bOY BO «Poccuiickuii yHUBEPCUTET METAIIMHBDY
Munzapasa Poccun,
JIOKTOp MEIULINHCKUX HayK,
npodeccop
B.B. EBgokuMoB
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